Neurofibromatosis, first described by Von Recklinghausen in 1882, is a hamartomatous disorder of neural crest derivatives. Along with the well known neuroectodermal changes, mesodermal organ involvement (vascular lesions) is also seen. Hypertension resulting from pheochromocytomas in association with neurofibromatosis is documented', That neurofibromatosis may be the cause of renal artery abnormalities and resulting hypertension is not well understood.
Case report
A 30-year-old woman was referred for investigations of hypertension in October 1987. She was found to be hypertensive during her first pregnancy in 1986 and she continued to have raised blood pressure after the delivery. There was no history of loin pain or haematuria. Her medication included bendrofluazide 2.5 mg daily and hydrallazine 50 mg twice a day. She had cholecystectomy at the age of 17 years and there were no problems with hypertension at that time. On admission the blood pressure was 140/110 mmHg in both arms. She had classical neurofibromatosis with cafe-au-lait patches and numerous soft tissue tumours over the trunk. The heart rhythm was normal and there were no signs of cardiac failure. No haemorrhages or papilloedema were seen in the optic fundi. Both femoral artery pulses were normal and synchronous with the radial artery. There was no bruit or murmur in the abdomen or neck.
Haemogram and urinalysis gave normal results, blood urea 3.2 mg/dl, serum creatinine 57 /-Imol/l, creatinine clearance 110 ml/min. Twenty-four hour urinary VMA on two occasions was normal. Australia antigen and HIV tests gave negative results and the electrocardiograph was normal. Renograms were done to show differential renal functions. Post-captopril DTPA scan showed diminished function of right kidney. This was suggestive of renovascular disease on the right side. Chest X-ray showed the heart was not enlarged and lung fields were clear. Abdominal CT gave no evidence of pheochromocytoma, Digital subtraction angiography (DSA)interestingly revealed a renal artery aneurysm on the right side. The left renal artery and left kidney were normal.
The patient was persuaded to undergo elective surgery of the aneurysm in view of the grave possibility of rupture during any future pregnancies.
At operation the aorta and the right kidney were exposed by a long right paramedian transperitoneal approach. No atheromatous plaque was felt in the aorta. The right renal artery was found to have a fusiform aneurysm 2 em in diameter in its middle third. The aneurysm was excised. Re-vascularization of the right kidney was done by a reversed saphenous vein aorto-renal interposition graft. Intraoperative Doppler probe (Sonicaid) was used and it confirmed patency of the graft as well as uniform and good blood flow throughout the renal parenchyma. Her postoperative recovery was uneventful.
Histopathology showed a fusiform aneurysm of right renal artery with marked atherosclerosis.
DSA after 3 months showed patency and good function of the interposition graft.
Discussion
Multiple neurofibromatosis is a disorder involving ectodermal, neuro-ectodermal and mesodermal tissues. When the vascular lesions involve the renal artery and/or abdominal aorta, systemic arterial hypertension results.
Flynn and Buchanan-found 65 reported cases of renal artery anomalies with neurofibromatosis in the literature and added a female patient (46 years) with bilateral saccular aneurysms of renal arteries resulting in hypertension. Fienman and Yakovac" described hypertension and vascular lesions in 4 out of 46 children with neurofibromatosis.
Many authors have described plexiform neurofibromas in the adventitia of the involved renal artery':". Histopathologically the lesions are offour types -pure intimal, advanced intimal, intimal aneurysmal and peri-arterial nodular. Tapp and Hickling" described a 35-year-old pregnant woman who was diagnosed as leaking aortic aneurysm but on autopsy was found to have a renal artery aneurysm rupture on the right side. Sousson Psittacosis, an uncommon 'atypical pneumonia' is caused by Chlamydia psittaci, an obligate intracellular parasite closely related to gram negative bacteria. The infection is systemic and the illness varies from a mild to severe pneumonia with multisystem disease'. Cardiac involvement is a known complication and several cases of embolic phenomena to peripheral arteries have been described>". We report a case which presented as a major arterial embolus to the right leg where there was no clinical evidence of cardiac involvement.
Case report
A 42-year-old man was admitted with a 24 h history of pain and discolouration of his right foot. There was no relevant past medical history. He smoked 40 cigarettes a day and it was noted that his daughter had bought two zebra finches a few weeks previously.
On examination relevant clinical findings were that he was apyrexial with a regular pulse of 100 beats/min and blood pressure was 110/80. Heart sounds were normal with no murmurs. There was decreased air entry over the base of the left lung. He had bilateral palpable femoral pulses with absent right popliteal, dorsalis and posterior tibial pulse. The right foot was mottled and cold.
Relevant investigations on admission included haemoglobin 12.6 g/dl, white cell count 9.9x 10 9 11. ECG showed a normal sinus rhythm and chest X-ray showed pulmonary consolidation in the left mid-zone (Figure 1 ). An urgent arteriogram was performed on admission which revealed a localized plaque-like irregularity in the right common iliac artery with patent femoral and popliteal arteries ( Figure 2 ). All arteries below the right knee were occluded.
recommended that renal angiography (conventionalillSA) is essential in the investigation of patients with neurofibromatosis and hypertension. A right femoral embolectomy was performed. On passing the Fogarty balloon catheter proximally, despite noting free flow, a significant amount of dark red embolic material was retrieved. Material was also retrieved from the distal vessels and the circulation restored, but the peripheral pulses did not return. The patient had been anticoagulated using
